In 1923 Siemerling and Creutzfeldt' first described the concurrence of a sudanophilic leucodystrophy (indistinguishable from Schilder's disease) with adrenal insufficiency. Since then, some 60 cases have been reported. Two forms of adrenoleucodystrophy have been described: a more common juvenile type (all in males), and a more rare adult form. The juvenile type usually begins between 5 and 9 years of age with intellectual impairment, behavioural changes and a gradual disturbance of gait.23 Some- times symptoms of adrenal insufficiency (such as hyperpigmentation of the skin) may precede the onset of neurological symptoms by several years, while in other cases there are no clinical symptoms of adrenal insufficiency throughout life. The disease is sex-linked, with recessive inheritance pattern. Progression of symptoms is fairly rapid and death usually occurs within 1 to 5 years.4 The adult form of the disease is more rare and only few cases have so far been reported with either autopsy or brain biopsy findings.3 5 6 Macroscopic examination shows no alteration of brain surface but large areas of demyelination may be seen on section. The white matter is typically affected bilaterally, and the process usually begins in the parieto-occipital lobes, sparing the U fibres.
There is severe loss of myelin in the affected areas, and demyelination may also be seen in the brain stem. Secondary degeneration of the corticospinal tracts in the pyramids and in the spinal cord occurs.4
The adrenal glands show various degrees of atrophy and the presence of ballooned cortical cells is a specific histopathological feature.5 Clinical and pathological aspects of the disease have been extensively reported, but neurophysiological investigations have been mentioned only as a minor detail, with the exception of a recent paper by Mamoli et of the disease (fig 3) . However, no asymmetry was detected in the CT scan (carried out in two of them).
In the six patients with serial EEG's over a period of years ( fig. 1) , great variability in the evolution of the abnormalities was noticed. The EEG features did not usually worsen following clinical deterioration, and at times improvement was seen. In one patient (case 6), who had been admitted to hospital acutely ill (with a 24-hour history of headache, fever, vomiting, failing vision, confusion and disorientation), the EEG was carried out at the bedside. It showed a marked excess of irregular large amplitude slow components over a wide area of the two hemispheres, without clear localising signs or definite paroxysmal features (fig 4) . Such EEG findings are usually seen in a diffuse encephalitic or encephalopathic process. During the next 24 hours, the child became more lucid and cooperative, and a second EEG the following morning showed an improvement over the anterior half of the brain, while the abnormality remained very marked posteriorly, where large amplitude slow activity persisted. Some rhythmic components were then recognisable in the rolandic regions, but no alpha rhythm could be detected.
In the family of cases 2 and 3 there were three other male siblings. The (fig 4, case 6 ) to avoid misinterpretations. In contrast with other authors7 no marked diminution in the amplitude of EEG activity was ever observed in the later stages of the disease, even in those patients in whom the EEG was taken 3 months (case 8), 2 months (case 9) or 1 month (case 3) prior to death.
In the two neurologically unaffected brothers we studied, the mild EEG abnormalities may just be related to the endocrine disorder affecting these patients (Addison's disease),22 rather than predicting a leucodystrophy.7
In conclusion, EEG/ERG/VEP findings in adrenoleucodystrophy are sufficiently characteristic to exclude with confidence other disease processes occurring in the same age group with similar clinical neurological features. 
